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Knunuueckuii cnyuyaii / Clinical case
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¢deoxpomoumTomMa y naumeHTa ¢ CUHAPOMOM
MHOXXECTBEHHbIX 9HA0KPUHHbIX HEOMNJ1IA3UN
2a TUNa: KJIMHW4YEeCKUM cny4yam
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HelipoaHpokpuHHble onyxonn (H30) — penkas natonorusi, BKYaLLasa BbICOKOANDDEPEHLMPOBAHHBIE HOBOOOPA30BaHMSA U3 K1ETOK
HEMPO3HOOKPUHHOM CUCTEMBI, KOTOPbIE 06/1a4aT CNOCOOHOCTLIO CEKPETUPOBATL OMONOMMYECKM aKTMBHbIE BeLLecTBa. B 5% cnyyaes
passuTtre HOO cBS3aHO C HacNeaCTBEHHBIM CUHAPOMOM MHOXECTBEHHbIX 9HAOKPUHHBLIX Heonnaauii (M3OH). Llenb ctatbm — aemoHcTpaums
KJIMHMYECKOro cily4ast naumeHTa ¢ cuHapoMom MOH 2a tuna, 0co6eHHOCTbIO KOTOPOro SIBMSIETCS PeLnanNBMPYIOLLLEE TeHeHMEe 310Kade-
CTBEHHOI peoxpomoLmToMbl. Takxe nprBefeHa TeopeTnyeckas cnpaBka Ha OCHOBAHUN aKTyaslbHbIX KIIMHUYECKUX PEKOMEHAALMI MO
BEAEHVIO NALNEHTOB C HEMPO3HAOKPUHHBIMYN 06pPa30BaHMSMU.

Knio4yeBbie cnoBa: HENPOIHOOKPUHHBbIE OMYX0NU, MeAYIIISPHbBIA Pak WMTOBUAHONM Xene3bl, GeoxXxpoMoumToma,
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Recurrent malignant pheochromocytoma in patients with multiple
endocrine neoplasia type 2a syndrome: A clinical case
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Neuroendocrine tumors are a rare pathology that includes highly differentiated neoplasms from cells of the neuroendocrine system that
have the ability to secrete biologically active substances. In 5% of cases, the development of neuroendocrine tumors is associated with the
hereditary syndrome of multiple endocrine neoplasia (MEN). The purpose of the article is to demonstrate a clinical case of a patient with
type 2a MEN syndrome. A feature of this clinical case is the recurrent course of malignant pheochromocytoma. A theoretical reference is
also provided based on current clinical recommendations for the management of patients with neuroendocrine formations.
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AKTyanbHOCTb

Heiiposnnokpunnsie ornyxoau (HDO) — rereporenHast
TpyIIIa HOBOOOPAa30BaHMUI, TIPOUCXOASIINX U3 HEUPOIH-
JTOKPUHHBIX KJIETOK dMOPUOHAJbHOM KUIIIKKA, KOTOPHIE
00J1agaloT OMOJIOTMYECKY aKTUBHBIMU cBolicTBaMu. 1o mo-
claeqHUM nMeroimumcs gaHHbeiM (2019), 3a601eBaeMOCTh
HEeNpO3HIOKPUHHBIMU HOBOOOpa3oBaHUusiMu B Poccuu
cocrasisiet 5,19 Ha 100 Teic. HaceneHusd [1]. HOO pa3z-
JINYAIOTCS MO 3710KAYEeCTBEHHOMY MOTEHUMANY U KJIU-

HUYECKOMY TeUEeHUIO 3a00JIeBaHUS U XapaKTepU3YIOTCs
boJiree 6IATOMIPUSATHBIM TIPOTHO30M B OTJIMYME OT IPYTUX
3J10Ka4eCTBeHHBIX omyxoseit. Cpenu Bcex caydaeB HBO
95% nipuxoguTcs criopagnueckue myramuu. [1pu atom 5%
H®O0 reHetnyecku aeTepMUHUPOBAHBI U CBSI3aHBI C Ha-
CJIEICTBEHHBIM CUHAPOMOM MHOXECTBEHHbBIX SHIOKPUH-
HBIX Heorutazuii (MOH). Cungpomsr MOH 1 u 2 Tuna
(MBH 1 1 MBH 2) umeoT ayToCOMHO-TOMUHAHTHBI
TUT HACJIEeIOBaHMS, OMHAKO MYTallvsl 3aTparuBaeT TOJb-
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MepynnapHbi pak LATOBUAHOMN Xenesbl + peoxpomoLuToma ‘

ApeHoma napawmToBuaHbIX
xenes3 30%

BonesHb MNpwnpyHra
KOXHbIA NUXEHONAHBI aMnnonao3
1 %

[aHrNIMOHEBPOMbI CIU3UCTbIX
o6onoyek >90%

KOCTHO-MbILLIEYHBIE HAPYLLIEHWS,
cuHgpom Mapdana >90%

PucyHok 1. Knaccudukaums cuHApoMa MHOXEeCTBEHHbIX 3HA0KPUHHbIX Heonnasuii 2 Tuna (M3H 2)

KO OJIHY KOTIWIO TeHa, IMTO03TOMY 4acToTa MX Tepenadn
cocrasiger 50% [2].

[Mpuuunoit MOH 1 (cunapoma Bepmepa) CIy>Xut mMy-
taus B reHe MEN-1, KogupyromeM crienudrdeckuii oe-
JIOK-cympeccop onyxoJjieit MeHuH. dng MOH 1 tunuyHo
HaJIM4IMe OTMYXOJIU WJIU TUIIEPIDIa3UM ITapalliTOBUIHEIX
xkenes3 (B 90% cityyaeB), OIyX0JIeii M3 OCTPOBKOBBIX KJIIETOK
MOIKETYT0UHO# Xene3bl (60%), aneHOMbI MepeaHel 0IH
runodusza (40%).

IIpu cunagpome MDOH 2 BhISIBIISIETCS TOUEYHAsT MyTa-
must RET-1mpoTooHKOTeHa, KOTOPBIT KOTUPYET PEIETITOP
HENpOTpOTNHOro (akTopa, OTHOCSIIUIACS K CEMENCTBY
pelenTopoB TUPO3MHKMHA3. TUPO3MHKMHA3BI OTBEYAIOT
32 BHyTPUKJICTOUHBIE CUTHAJTbHBIC TTYTH, 00CCIICUNBAOIIIHE
nponudeparmio 1 nuddepeHIMpoBKY KieTok. MOH 2 npo-
SIBJISICTCS pa3BUTHEM MEAYJUISIPHOTO paKa IITUTOBUIHOM JKe-
ne3bl (90% ciyuaeB) u heoxpomorutombl (50%). CuHapom
MOBH 2 nonpaznensitor Ha MOH 2a 1 MOH 2b. MOH 2a
(cunapom Cunruia), TOMUMO BhIIIETIEPEYMCIIEHHBIX OITyXO0-
neii, B 30% ciydaeB BKITIOUAET alcHOMY MapaluTOBUIHBIX
xkeje3, u'y 10—40% mnalueHToB coyeTaeTcs ¢ 00JIE3HbIO
TupumnpyHra 1 KOXHBIM JTUXEHOUIHBIM aMUJIOMI030M.
MOBH 2b (cunnpom lopiuHa) B 90% ciyyaeB coueTaeTcst
C TaHIJIMOHEBPOMAaMU CIM3UCTHIX 000104YeK, CHHAPOMOM
Mapdana (puc. 1). MOH 2a Bctpeuaetrcs B 15 pa3 vaiie,
yeM MBH 2b, 1 xapakTepusyeTcs JIydIIruM ITPOTHO30M [3].

HuarHoctuka HOO 3akimouaercs B onpeaeJeHUN ypoB-
Hell OMOXUMUYECKMX MapKepoB ¢ YIETOM KIMHUYECKIX
Moao03peHuit (KaablIMTOHMHA, KAaTeX0JIaMUHOB, XpOMOTpa-
HUHa A, paKOBO-3MOpUOHaIbHOTO aHTUreHa (POA) u T.11.).
Hanee mauueHTaM ¢ cuHaApoMoM MBOH pekomMeHI0BaHO
BBITIOJTHEHVE TIO3UTPOHHO-3MUCCUOHHOI TOMOTpachum —
koMmItbioTepHOit ToMorpadum (ITDT-KT) ¢ koHbloraTamu
PELENTOPOB COMATOCTATUHA [IJISl OLIEHKU PELIENITOPHOIO
cTaTyca ¥ YTOUHCHMS pacTIpOCTPAaHEHHOCTH OITyX0JIEBOTO
npouecca. [Ipu HegoCTyMHOCTU crieunPUUeCcKrX paguo-
dapmmnpenaparos pekomenayetcs [IDT-KT ¢ duryne3ok-
curmoko3oii [18F] [1].

TeueHue MenyUISIPHOTO paka IMIUTOBUIHOM JXKeJIe3bl
(II2K) ompenernsieT mMpoTHO3 MamnyeHTa. BceM 60IbHBIM
C 9TUM AMArHO30M WUJIY CEMEHHBIM aHAMHE30M MeIyJLUIsIp-
HOTO paka peKOMEHI0BaHO MCCIIEIOBAHNE MyTalluy TeHA
RET. I1nanosas nnarHoctrka cuHapoma MOH npeamnona-
raeT BO3MOXHOCTb CBOEBPEMEHHOTO JIEYeHUST, 3BHAUMMOTO
YIIy4dIIeHUs IIPOrHOo3a.

HabmoneHve poncTBeHHUKOB ¢ okazaHHOU RET-my-
Talyel BKIIOYaeT IMHAMUIECKYIO OLICHKY YPOBHSI KaIbIIU-
ToHuHa, POA. B HacTos11ee BpeMs OBpeKaAeHHbIE KOI0-
Hbl RET-npoTooHKOreHa paH:KUpPYIOTCS 10 PUCKY pa3BU-
st MmenymsipHoro paka 12K, B cootBeTcTBUM ¢ rpymnoit
pYICKa IIPUHUMAETCS pelICHIE O TIPEeBEHTUBHOM YIAJICHUN
2K B neTckoM Bo3pacrte [4].

OnucaHue KJINHU4YeCKOoro criy4yas

Ilayuenm C., 44 200a, B 16-1eTHEM BO3pacTe BIepBbIE
OTMETUJ y cebs yBeJIMueHue e B oobeMe, 00Jb Mpu
IJI0TaHUM, 00JIE3HEHHOCTD TpU MPUKOCHOBeHUU. briia
MpoBeJcHAa MMaJUTMaTUBHAS TOTaIbHAS TUPECOUIIKTOMUS
¢ IMM@OIMCCEKIINEH IIIeu ClIeBa, IT0 pe3yIbTaTaM THUCTO-
JIOTMYECKOTO MCCIIETOBAHWS BBISIBIICH MEIYJIIIPHBIN paK
K — pT4N 1bMx. MHummpoBaHa Teparust JIEeBOTUPOK-
CHHOM B IOJIHOI 3aMeCcTUTeNIbHOI n03e. B nanbHeiem
BBITIOJTHSIJIACH PaIMONOITepaTIHSI.

Ho 20 net (2000) y sHgokpuHosiora u oukoJjora C.
He HabOonancs.

B 2000 r. 2HIZOKPUHOJIOIOM BIIEPBbIE OBIJIO pEKOMEH -
NIOBAHO MCKJIIOUYUTh cuHApoM MOH, npoBeaeHa KoMm-
nbIOTepHAasT TOMOrpadus OpraHOB OPIONIHON TTOJIOCTU
(KT OBII), BeigBUBIIAs 0Opa3oBaHKEe B MPaBOTO HAIMO-
YeyHUKa. BHITTOIHEHA TTpaBOCTOPOHHSS aApeHAIIKTO-
MUsI, TIO pe3yIbTaTaM THCTOJIOTHUYECKOTO UCCIeIOBAHMS
BepuduMpoBaHa dheoxpomorutTomMa. KnmHuueckue mpo-
SIBJICHUST (DEOXPOMOILIMTOMBI Ha TOT MOMEHT OTCYTCTBO-
Banu. ITo pe3yabTaTraM reHETUYECKOrO TECTUPOBAHUS
ObL1a OOHapyxXeHa MyTalus B reHe RET. JluarHocTupo-
BaH cuHapoM MOH 2a.

B 2000—2020 rr. mauuMeHTy MHOTOKpaTHO JeJaa0och
ynbTpa3BykoBoe uccienopanue (Y3M) moxa 112K, ore-
HUBAJCS B IMHAMMKE ypoBeHb KaibliuToHMHA. Heon-
HOKPATHO MPOBOAMIACH TOHKOMTOJIFHAS aCITUPaIlnOH-
Has Ouoricus JuMdaTUIECKUX y3I0B C TTOCIeaYIOIUMU
JTMM(POINCCEKIINSIMHU TI0 TTIOBOIY PETMOHAPHBIX 0YaroB
MEAYJUIIPHOTO paka (5 omepaTMBHBLIX BMEIIATEILCTB).
B 2000—2013 BbINOSHSIACh PEryasipHas OlieHKa YPOBHS
CBOOOIHBIX MEeTaHe(hPUHOB B MOYE, IIOKA3ATEIN KOTOPHIX
HaXoIWIMUCh B pechepeHCHOM IMara3oHe.

B 2013 r. C. cTtan orMeyaTh 5113015l MOBBILLIEHUS ap-
tepuanbHoro nasaeHus 10 200/100 MM pr. cT. [1o maHHBIM
KT OBII 65110 BhIsIBIEHO 00pa30oBaHUE JIEBOTO HAATIOUEY -
HUKAa C MPOpacTaHNEM KarlCyiIbl, B CBSI3U C YEM ITAlIMEHT
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MOBEPICs AIPEeHATIKTOMUN. [JaHHBIE THCTOJIOTUIECKOTO
3aKJTIOYEHHUS: 37I0KauecTBeHHas heoxpomounToma. B xome
MpeIoIepallMOHHOTO 00CIIeIOBaHMS TaKXKe ObUIO BBITIOJN-
HeHo KT opranos rpynnotii kinetku (OI'K), obHapyxkxeHo
oOpa3oBaHue B JieBoM JierkoM. [TpoBeaeHa aTunuyHas
pe3exuus 9 cerMeHTa JIeBOro JIETKOro, YCTAHOBJIEHBI TU-
CTOJIOTMYECKHME TIPU3HAKM capKounao3a. JJaHHBIX B TIOJIb3Y
BTOpUYHBIX ouaroB no pesyabTataM KT OI'K nonyyeHo
He O0buT0. [Ipyrue mccieqoBaHUs C 1EIbI0 TTIONCKa OTaa-
JICHHOTO MeTacTa3upOoBaHUs (PeOXPOMOLIUTOMBI U MEIYJI-
JIIPHOTO paKa He BRIMOMHSUIACH. C yI4eTOM MPOBEIeHHOM
JIBYCTOPOHHEN aApEHATIDKTOMUU MALMEHTY Obl1a UHULIM-
MpOBaHa 3aMECTUTETbHAsl TOPMOHAJIbHAST TEPATTHS TJTIOKO-
KOPTUKOUAAMU Y MUHEPATKOPTUKOUIAMMU.

B 2013—2020 rr. ypoBeHb MeTaHe(dpuHOB y C. He olie-
HUBAJICS B CBS3M C OTCYTCTBHEM PEKOMEHIAIINIA OT Jieva-
11X Bpayei.

B 2020 r. npu m1aHOBOM 00CJIeIOBAaHUM Y MallMEeH-
Ta OBLJIO OTMEYEHO MOBBIIICHUE YPOBHS KaJbIIUTOHMHA
no 1100 nr/mut, mocjie 4ero eMy BIIEpPBbI€ BBITIOTHWIIN
TIOT-KT Bcero Tena ¢ raaeM: o0HapyKeHbI 00pa3oBaHNe
B ioxe 12K 8 X 6 MM, B JIEBOIl HATKITIOUNYHOMI 00J1aCTH —
ob6pazoBaHue 28 X 20 X 32 MM, B IpaBOil MOJKITIOYNYHOI
obJyracTi — IuM@aTUIECKue y3JIbl 10 6 MM, TTapakaBaJbHO
Ha YpOBHE JIoXKa IpaBOii TOYKU — OKPYTJIoe 00pa3oBaHue
29 X 25 MM, Ha 3TOM K€ YPOBHE a0PTOKABaJIbHO — JIBa
Jumdoysna 23 X 21 MM, B nyxxke npaBoro L3 mo3BoHka —
8 MM, B KpBIIIIe JICBOM BEPTIYKHOI BITAMWMHEI — 7 MM.

B HOos16pe 2020 r. maleHTa rocluTaIu3upoOBaIn B XU~
pypriudeckoe otaeneHre No 3 TlepBoro Cankr-IletepOypr-
CKOTO TOCYIapCTBEHHOIO MEAUIIMHCKOIO YHUBEPCUTETA
(TICIT6I'MY) um. akagemuka W.II. [TaBnoBa nis omne-
paTUBHOTO BMeIIaTeNbcTBa. [IpoBeneHa IMyHKIIUS Hal-
KJTIOUMYHBIX 1 TIPEAropTaHHOTO JUMGbAaTUYECKUX y3/I0B
CO CMBIBOM Ha KaJbLIMTOHWH: BO BCEX CIIyyassx HaOIoma-
JIach IIMTOJIOTMYECKasi KApTUHA METAaCTa30B MEAYJIISIPHOM
kapumHoMBI. [Tpu uccnenoBanum myHkrara u3 joxa K,
BBITTIOJTHEHHOTO TPVIKIbI, TTOBBIIICHUS YPOBHS KaJIbIIM-
TOHMHA B HEM He HaOI01aI0Cch (HEOAHOPOIHAsST OecKIIe-
TOYHAasI CyOCTaHIIMS 0e3 IIPU3HAKOB 3JI0OKAYeCTBEHHOCTH,
oOpa3oBaHUe pacleHEHO KaK pyolLoBast TKaHb). [1pu mmo-
MIBITKE OTIEPAaTUBHOTO YHAJICHUS METacTaTMIeCKOTO Ha-
KJTIOYMYHOTO JTUMDOy3Ja cieBa UHTPAOIIePaIllMOHHO BbI-
SIBJICHO MPOPACTaHNE OITyXOJIbIO TIOJKITIOYMYHOM apTepum
u BeHbI. C y9eTOM pacIpoCTpaHEHHOTO OHKOJIOTHIECKOTO
npoliecca OT PeKOHCTPYKTUBHO-ILJIACTUYECKUX ONepaluii
OBLTO pEIlIeHO BO3IEPKAThCS, B CBSI3U C YeM ITallMeHT Ha-
MpaBJIeH Ha CUCTEMHYIO KOHCEpBAaTUBHYIO Teparnuio (BaH-
netaHu6 B ¢hopMe TabJETOK).

Taxzke B 2020 r. BriepBble 3a goiroe Bpems y C. ObLI
OlIEHEH YPOBEHb KaTeX0JIaMUHOB, YCTAaHOBJIEHO 3HAYM -
TeJIbHOE TTOBBIIIEHNE CBOOOIHBIX MeTaHS(PUHOB 1 HOP-
MmeTaHepuHoB. Kpu3oBoro teueHust aprepuaibHO
runepTeH3uu nmauueHt He otMevali. Janneie KT OBII:
CIIpaBa B JIOXKE yIAJIEHHOTO HAAIIOYEUHUKA ONPEIEISIETCS
00BeMHOE 00pa3oBaHKe C YETKUMK POBHBIMU KOHTYpaMU,
HEpaBHOMEPHBIM HaKOIUICHMEM KOHTPACTHOTO ITperia-

para, pa3mepamu 33 X 31 X 25 MM (BEpOSITHO, peLIuIUB
(eoXpOMOIIUTOMBI).

B 2021 r. B otnenenuu xupypruu Ne 3 [TICII6I'MY
nM. akagemuka M.I1. [1aBnoBa nanueHTy ObLIO IPOU3BE-
JIEHO J1arapockKoNnuyeckoe ynaaeHue oopasosanus. ['ucro-
JIOTUYECKOE 3aKIIIOUEHUE: CTPYKTYPHI (PEOXPOMOITUTOMBI,
OKPYXE€HHOI TICeBI0KAaICyJIoi, 0e3 MPpU3HAKOB MHBA3UU
B OKpyXarolliue TKaHu. B xojie onepaTuBHOTO JIeYeHUST
IpoBeneHa TMMGOINCCEKIINS TTapaKaBaIbHOTO JTUMMO-
y37a. ['ucronornyecku: CTpyKTypbl (heOXpOMOIIMTOMBI.

B mae 2021 r. BeimonaeHo [MOT-KT ¢ 18F-OJIT: yuact-
KU HaKOIUIeHUs pagrodapMIipenapara COOTBETCTBOBAIN
pesyabratam [IOT-KT Bcero Tesa ¢ raauem, ¢ perpeccoMm
ImapaKaBaJIbHOTO y371a.

B utone 2021 r. vHUIMUPOBaHA TapreTHas Teparus
BaHmeTaHUOOM (Tabsetku 300 MT/CyT.) — IIperapaToM
U3 IPYNIbl MHTMOMTOPOB MPOTEMHKHA3. MexaHu3M ero
IEeUCTBUS OCHOBAH Ha 0JI0Ke (PEpPMEHTOB, YIACTBYIOIINX
B pocte onyxonu (rmporooHkoreHa RET, perientopoB ak-
TOPOB POCTa SHIOTENIU COCYAOB, AMUAECPMATBHOTO (haKTopa
pocta). BanaetaHuO rokaszaH [Jisl JiedeHUsI Hepe3eKTa0e b~
HOT0 MECTHOPACMPOCTPAHEHHOI'O WM METacTaTUYeCKOro
MenysuisipHoro paka LXK [7].

B cenTa6pe 2021 r. mauueHTy ObLJIO TTOBTOPHO BbI-
mostHeHO TIDT-KT Bcero tena ¢ 18F-®T mist onileHKA
3((HEKTUBHOCTU TAPTETHON Tepanmuu: OOHAPYKEHO CHU-
>KEHME MeTabOJMIeCKO aKTUBHOCTA O0pa3oBaHUA HaJl-
KJTIOYMIHOI 00JIaCTH CJieBa, 3a0pIOIMMHHBIX TUMQOY3IOB
CIIpaBa ¢ yMeHbIlIeHUEM UX B padmepax. CoxpaHsiics yJya-
CTOK pa3psKeHMST KOCTHOM TKaHMW B L3-T103BOHKe cripa-
Ba C TOBBIIICHHBIM YPOBHEM HaKOILJIEHHWEM paauodap-
mmpernapara. B nekadpe 2021 r. BHOBb ObL1a MpoBeneHa
IIOT-KT ¢ 18F-DJII": 6e3 oTpuIaTeIbHON TUHAMWKU.

Ha ¢doHe TapreTHoil Tepanuy BaHAETAaHUOOM Ha-
O1I01a7I0Ch 3HAYMMOE CHUKEHUE B TMHAMMKE YPOBHEH
OMOJIOTUYECKU aKTUBHBIX BEIIECTB C Mas Mo JeKabpb
2021 r.: PBDA — ¢ 48,52 mo 27,89 ur/mn (0-5); angpeHo-
koptukoTponHbIit ropMoH (AKTT) — ¢ 901,0 mo 499 nir/mu
(7,2—63,6); KanbLUTOHUH — ¢ 1364,0 10 524 nir/mi (7,2—
63,6). IToBbIIIEHNST YPOBHS CBOOOIHBIX KATEXOJIAMIUHOB
CYTOYHOI MOYU BBISIBJIEHO HE ObLIO.

IMammeHT HaXOAMJICS Ha IJIAHOBOM CTAallMOHAPHOM
JIEYeHUU B oTAesieHUn sHgokpuHoiaoruu [1CII6oIMY
uM. akagemuka M.T1. [TaBnosa B siHBape 2022 r. B xone
o0clienoBaHMS JaHHBIX B IIOJIb3Y PELIMANBA TTOJYICHO
He ObLIO, TIpeAcTaBieHue MpexkHee. BriepBbie BbISIBICHO
yaMHeHre KoppurupopanHoro QT-unTepBaina (10 489 mc
B TeueHue 4,5 4), MOSIBUINCH XKaJo0bl Ha quapeto. C. ObLT
IIPOKOHCYJIBTUPOBAH SHIOKPUHHBIM XHUPYPIOM, II.M.H.,
npodeccopom Kadeapsl onkosornu PI10, 3aBenyio-
e OTACJICHUEM XUPYPTUUIECKOU IHIOKPUHOIOTUN
TICIT6I'MY um. akagemuka W.I1. ITaBnoBa M.E. bopu-
ckoBoli. PekoMeHmoBaHa 3aMeHa TapreTHO Tepanuu,
OOHAKO B CBSI3M C OTCYTCTBHEM TPYITIIOBEIX aHAJIOTOB
BaHIEeTaHM0a, OTIIYCKAaeMbIX IO MMPOTpaMMe JTbIOTHOTO
obecIieueHNsT, Tepartis M TAKTHKA BEICHUS B UTOTE ObIITN
OCTaBJICHBI 03 U3MEHCHUIA.
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Ilocae eévinucku manMeHT peryasipHO HabJromancs
B OHKOJIOTUYECKOM IHCITAaHCEPE IO MECTY KMTEIbCTBA,
JlJabopaTopHbIe MOKa3aTeJau Ha (poHEe MOCTOSTHHON Te-
pannu 6e3 nuHaMuKu. B 2023 1. mo MecTy XXUTEIbCTBA
MalMEHTY B CBSI3U C MOBBIIIIEHUEM YPOBHS MPOJaKTUHA
10 919 MxE/Mit (0e3 KITMHUYECKUX TIPOSIBJIEHUIT) Oblia
VHUIIMAPOBaHA Teparus arOHUCTaMU 1odaMuHa, ¢ TI0JI0-
SKUTETBHBIM 3(D(PEKTOM COTIACHO JJAOOPATOPHBIM IAHHBIM.
B nrone 2023 r. BemmonaeHo [I9T-KT Bcero Tena ¢ rammem
DOTA-TATE: kapTiiHa 6€3 CylleCTBeHHOI JMHAMUKH.

B okTs16pe 2023 r. C. OB n1an080 20cnUmMaiu3upo8an
B otaesieHue sHaokpuHosoruu [TCII6I'MY um. akagemuka
N.I1. T1aBnoga.

Ha momenm nocmyn.aenus maitvieHT TIPEIbSBIISLIT XKal0-
OBl Ha OCUILIIOCTD TOJIOCA, TIOTIEPXUBAaHKE ITPU TJIOTAHUU,
TUTIEPITUTMEHTAIIAIO CKJIAMOK KOXKHU, OOIIYIO CIIab0CTh.
Tak:ke BBISIBJIEHBI X)KaJ00Obl HA OHEMEHUE, TapecTe3uun
BEPXHUX KOHEUHOCTEl, OHEeMeHHUe MepeaHel OpIoITHOi
CTEHKM.

Ilpu o6caedosanuu: ypoBeHb CKOPPEKTUPOBAHHOTO
Kanpius — 1,79 MMonb/, mapatrropmMoHa — 35,1 r/mi
(12—88), docdopa HeopraHuyeckoro — 1,5 MMOJIb/J, BU-
tamuHa 25-(OH)-D — 22 ar/mi, maraus — 0,76 MMOJTb/J.

ITanumenTy Obl1a pa3bsicCHEeHa HEOOXOIUMOCTh TTOCTO-
STHHOTO TIpYieMa TIPeTnapaToB KaJblnsl, CKOPPEKTUPOBaHA
Tepanusl (MHULIMUPOBAH MIPUEM XeJIaTHOM (POPMBI KasTh-
s, KoJieKajbldepoaa B HacklIalolleit 1o3e), Ha (poHe
Yero HabOJTIogaIach MOJTOXKUTETbHASI KITMHIYeCKasT 1 J1a00-
paTopHas AMHAMUKaA.

YuuThIBast )kayo0bl alMeHTa Ha Inapeto 1o 4 pa3/cyT.,
OCYIIECTBJISIICS TTIOUCK €€ MPUYMH: JaHHBIX B TTOJIb3Y K-
30KPUHHOMN AMCHYHKIIMY TTOIXKETYTOYHOMN XKeJe3bl, NH-
(GeX1IMOHHOM MaTOJIOTUU MOoIy4YeHO He 0bL10. 2Kamoont
Ha Iuapero y MaiyeHTa XpOHOJOTMYeCKM OKa3aIuCh CBSI-
3aHBI ¢ HAYaJIOM TIpreMa TabJIeTOK BaHIeTaHNOAa 1 paciie-
HEHBI KaK TOOOYHBIN 2(h¢eKT TapreTHoi Tepanuu. Havyara
CUMIITOMaTUYeCcKasl Teparus IpernapaTaMy TUOCMEKTH -
Ta OKTa3APUUECKOTO C IMOJIOKUTEIBHBIM KIMHUICCKUM
3 HeKTOM.

B xome rocmuranu3zannu y C. cTaOMIBHO BBISIBIIS -
quchk noBbilieHHbIe YpoBHU AKTT (519 nr/mn), POA
(27,8 Hr/mn), KanpiuToHWHA (363 nir/Mi1). YpoBHU Xpo-
morpanuHa A, NSE B npenenax pepepeHCHBIX 3HAUCHUI.
TpornHbie TOpMOHBI TUTIOGU3a 6€3 OTKJIOHEHUI.

Jlannvie MacHuMHO-pe30HAHCHOU momozpaguu xua3-
MAABLHO-CeAIAPHOI 00aacmu: MAHMaTbHasl HEOTHOPOI-
HOCTbh afieHOTUIopu3a, 6e3 TMHAMUKU.

VYpoBeHb NpoJlaKTUHA Ha Teparu aroHUCcTaMu goda-
MWHa B pechepeHCHOM JMaTia3oHe.

Y3HU epyonvix nceaes: 6e3 MaTOJOTUMN.

Bbruto mpuHATO penieHue 06 OTMeHe Tepanuu OpoM-
KpUNTHHA (B TaOJIETKAX).

Jlannvie cymouno2o MOHUMOPUPOBAHUA I1eKMPOKAD-
oduoepammot (CM-DKI): ymmnHeHNEe KOpPpUTHUPOBAHHOTO
QT-unTtepBana 10 493 Mc B TeueHue 7 4 22 MUH., OTPHUIIA-
TeJIbHAsI TMHAMUKa B TedeHre 1 Toja, OMHAaKO KIIMHUYECKHT
3HAYMMBIX HAPYIICHUI puTMa He 3a(UKCHUPOBAHO.

IMamueHT 661 0OCYXKIEH CO CrielMaIuCcTaMy Kapauo-
JIOTaMH-apUTMOJIOTaM1, PEKOMEHIOBaHbI HAOIOICHNE,
oueHka CM-OKI B nnHamuKe.

Jlannote evinoanennoil Ixoxapouoepaghuu: bpaxius Boi-
6poca (Simpson) 67%. KoHlieHTpr4YecKoe peMOoIeIMpoBa-
Hue Muokapaa JIZK. HauanpHBIe CKIIepomereHepaTUBHBIC
U3MEHEHUS aOPThI 1 KJIallaHOB.

C. OBUI BHITTKCAH B YIOBJICTBOPUTEILHOM COCTOSTHUM
C peKOMEHOAINSIMH K aMOyIaTOpPHOMY HaOTIOACHUIO.

N3 anamuesa ycuznu U3BECTHO, UTO MALIMEHT SIBJISIETCS
BTOPBIM MJIAOIINM PEOCHKOM B CEMbE, POAUIICS BECOM
5 KT, pOoC 4 pa3BUBAJICSI COOTBETCTBEHHO BO3PACTy, UMEeT
NIBYX JIETEH.

Cemelinobiii anamue3: BbISIBIICHA aHAJIOTUYHAST MyTa-
uus B reHe RET y cbiHa, OpaTa U TUIeMssHHUKA. Y 1o4ue-
pu C. maHHas MyTtanus He ooHapyxeHa (puc. 2). CeIHy
U TJIEMSIHHUKY TallMeHTa Oblja MpoBeaeHa MPeBEeHTUB-
Hasl TUPEOUIIKTOMUS B IETCTBE. Y OpaTa BBITIOJHEHA
TUPEOUAIKTOMUS 110 TTIOBOAY MeaysuisipHoro paka IHI2K,
aIpEeHAIPKTOMUS MO MOBOLY (heoXpOMOLUTOMBI. OTILy
MMaIeHTa TeHETUIECKOEe MCCIIeIOBaHE He TTPOBOIMIIOCE,
OJIHAKO M3BECTHO, YTO OH ObLI MOABEPTHYT TUPEOUIIKTO-
MWU 110 TToBoAy MenysursipHoro paka IL2K. CmepTs oTia
HacTynuiia B Bo3pacte 50 JIeT OT 37I0KaueCTBEHHOTO Teue-
HUS GEOXPOMOIIUTOMBI.

Orey,

MauueHTt Bpat

CblH Joub MnemMsHHMK

\/

| MpeBeHTUBHaa TUPEOUAIKTOMUS B BO3pacTe A0 5 net |

PucyHok 2. CxemMa NOATBepPXAEHHbIX MyTauuii reHa RET B cemMbe
HabnopaBLIerocs nauueHTa (KpacHblii LBeT)

Obsexmuenblii cmamyc nayueHma: WHIEKC MacChl TeJa
27,8 xkr/m2. HaGaiogaeTcst OTEUHOCTD JIEBOM TTOJIOBHUHBI
JIMIa, aCUMMeTpus Jnia (OCIOXKHEHNEe HEOIHOKpAaT-
HBIX TUMMOIUCCEKIINIA B obnacTu 1men). Omnpenesercs
IMUIMEHTAIMs JINLa, e, CIIMHBI, 00Jiee BhIpaXkKeHHast
B €CTECTBEHHBIX KOKHBIX CKJIAKAaX (BepOosITHAS IIPUYMHA —
ctabuibHO Beicokuit ypoBeHb AKTT Ha (hoHe mapaHeoria-
CTMYECKOTO CMHIpOMA U TTepBUYHAST HAIIIOUYCUHUKOBAST
HEIOCTaTOYHOCTh). YTpeBasi ChITlb B O0JIACTH JINIIA, IIIEH,
TPYIHOM KJIETK!, CITUHBI (BepOSITHAS ITPUINHA — 10009~
HBIH 3D (HEKT TapreTHOM Teparun).

Ilepenecennvte nayuenmom onepauuu:

* 1982 . (B Bo3pacTte 3 1eT) — MpaBOCTOPOHHSISI HE(PPIK-
TOMUSI I10 MIOBOAY IIPOTrPECCUPYIOIIEro THAPOHehpo3a
¢ yTpaToii (GyHKIINHU TTOYKH (MEINIIMHCKOM JOKYMEH-
TaLMU He MPEIOCTaBICHO);
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* 1996 r. — TOTaNbHAS TUPEOUAIKTOMUSI, DYTIIIpHO-(Dac-
MaabHast TUCCEKIINS CIIeBa;

* 2000 r. — anpeHaJIKTOMMUSI CIIpaBa;

e 2003 r. — cemexTuBHAg IMMbaTCHIKTOMUS

* 2007 r. — dymasipHO-(hacimaibHast TUCCEKIUSI CIIPaBa;

* 2010 r. — cenextuBHas TUM@PaTCHIKTOMUS;

e 2013 r. — agpeHaIKTOMMUS CJIeBa;

e 2014 r. — ynaneHue mMeTactaza MenyJIsIpHOrO paka
C pe3eKIIeil MBIIIIEYHOTO CJIOSI TTUIIEBOIA, Operomast
pe3eKklMs Tpaxeu, pe3eKlus JIEBOro BO3BPATHOIO
TOPTAaHHOTO HEepBa, IMIEPCTHEBUIHOTO U ITUTOBUIHOTO
XPSILEH;

e 2019 r. — weiHas ceaeKTUBHAS TUMPOAUCCEKIIUS
CJIeBa;

* 2019 r. — onepanusi peKOHCTPYKLIMU MIEpeIHe KpecTo-
00pa3HOi1 CBSI3KM JIEBOTO KOJICHA 10 IIPUYWHE TPABMBI,

+ 2021 r. — 1anmapocKoMuyecKoe ynajieHue peruansa de-
OXPOMOIIMTOMEI CITpaBa. Y IajeHue MeTactasa (heoxpo-
MOIIMTOMBI B 00JIACTU MapaKaBaJbHOTro JUMOoy3a.
Ocnosnoii duaeno3: cuaapom MOH 2a. Menymnsap-

eIt pak 2K T4aN1bM1. TotanbHast TUPEOUIIKTOMUS

ot 1996 r. ITpaBocTopoHHsIs1 anpeHanaKkromus oT 2000 1.,

JIEBOCTOPOHHSIST anmpeHaa3kToMus oT 2013 1. mo mosBomy

(eoxpomouuTomMbl. PeinanB ¢heoXpoMOLIMTOMBI CIIpaBa,

Janapockonuyeckoe ynainenue ot 2021 r. Hesepuduiu-

pOBaHHBIE MtS B A0PTOKABAJIbHBIC TUM(ATUIECKUE Y3IIbI,

MpaByo AYKKY L3 mo3BOHKa, KPHIITY JIEBOI BEPTIYKHOM

Branuubl. TapretHas tepanus (BangetaHu6 ¢ 06.2021r.).
Donosvie 3a604esanusn: HeIJOCTATOUHOCTh BUTAMMHA

D.AprepuanbHas runepreHsus | cr. Hedpakromus cipa-

Ba IO TMoBoay ruapoHedposa ot 1982 r. EnnHcTBeHHAs

JIeBast MoYKa. BTopnuHBIN nueIoHepUT eIMHCTBEHHOM

JIEBOM MOYKHU, BHEe 000CTpeHUsi. XpoHuueckasi 001e3Hb

nouek Cl1AL.

OcaoicHenus 0CHO6HO20 3ab0.1esanus: TIOCIIEOTIEpalv-
OHHBIM T'UMOTUPE03, MEAUKAMEHTO3HAsI KOMIICHCALIMSI.
IMoceornepallmOHHBIN THIIONIAPATUPEO3, TUTTOKAIbITNE-
MUsl, MeAUKaMeHTO3Has1 cyokomrmeHcauus. [locneonapa-
LIMOHHBIN Mapajuy JeBoi rosiocoBoil ckianku. ITocneo-
nepalroHHasT HeIOCTaTOIYHOCTD KOPHI HANIIOYCUHUKOB,
MeIMKaMEHTO3Hasi KOMIIeHcaluusl. Y IJITMHEHUE KOPPUTH-
poBaHHoro QT-uHTepBana.

Conymcmeyrouue 3a60.1e6anus: HeIOCTaTOUHOCTb Kap-
nuu. XpOHUYECKU racTpUT, BHE 000CTpeHUs. XPOHU-
YECKUU KaJbKYJIE3HbINA XOJEUUCTUT, BHE OOOCTPEHUS.
OrnepaTuBHas PEKOHCTPYKIIMU MepeTHe KpecTooopa3Hoi
CBsI3KM JieBoro KojieHa oT 2019 r. OU: cmHAPOM «CyXOro
r1a3a». HauanbHast ocoxkHeHHas KaTapakTa.

OGcyxaeHne
B mipencTaBiieHHOM KJIMHUYECKOM CJIydae OTpakeH
aHaMHe3 mauueHTa ¢ cuHapomoM MOH 2a B TeueHuun
28 net. B xome peTpoCreKTUBHOTO aHaliu3a ObLIY BbISIB-
JICHBI CJICAYIONINE TPYIHOCTH TUarHOCTIYECKOTO TTONCKa
U JICYCHMSL.
1. TlocraBieHa o COMHEHUE 11eJIeCO00pa3HOCTh TIPU -
MEHEHMSI paauoioATepariiu 110 IOBOLY MEAY/UISIPHOIO

paka II2K. M3BecTHO, 4TO 3TOT METOA JeueHUs -
(eKTUBEH TOJIBKO TIPU OITYXOJISIX U3 (POJTUKYIISIPHBIX
kietok LK, coxpaHsIoImmx MpUCyIre UM TPU3HAKK
nnddepeHINPOBKHA [6].

2. M3BecTHO, UTO 3JI0KAYeCTBEHHOCTh (DEOXPOMOLIMTO-
MBI OTTPEIEIISTIOT HEe TT0 OOBIYHBIM MOP(HOIOTUTICCKIM
1 UMMYHOTUCTOXUMMUYECKUM KPUTEPUSIM, a 110 HaJIU-
Y110 MeTacTa3oB B HexpoMmadduHHOI TKaHu [5]. De-
OXpPOMOIINTOMA B cocTaBe cuHapoMa MBOH 2 kpaiiHe
PeIKO MMEET 3JI0KaUYeCTBEHHBII MOTeHIIMAa, OMHAKO
B OITMCAHHOM cJTydyae oOHapyxXXeH MeTacTa3 (heoxpo-
MOILIMTOMBI B 00JIACTH MapakKaBaabHOTIO JUMQOYy3a.
Taxcke octanuch HeBepU(UIIMPOBAHHBIE METACTA3bI
B a0pTOKaBaJbHBIC TUMGbATUUECKHUE Y3JIbI, IIPABYIO
IykKy L3 1103BOHKa, KpPBIIIY JIEBOI BEPTIY>KHOM BITa-
IIHEL.

3. Tlocne onepaTuBHOTO JieueHUsI (HEOXPOMOLIUTOMBI pe-
KOMEHIOBaHa ¢XXeToaHasI OlleHKa YPOBHSI MeTaHed-
PMHOB B HEJISIX TMAaTHOCTUKU BO3MOXHOI'O MECTHOTO
peluanBa, METaCTaTUYECKOTO MOPakKeHUsl, TTOsIBIIe-
HUSI HOBOI OITyXOJIM, a TaKXKe MPOBEICHUE TOITUYC-
cKoii guarHoctuku 1 pa3 B 2—3 rona [5]. B nanHOM
cyJyae McclieJoBaHNe YPOBHST KaTeXOJaMUHOB ITOCTIE
JIBYCTOPOHHE! alpeHaI9KTOMUU He MPOBOIUIIOCH B Te-
yeHue 7 JIeT, XOTsI AUarHo3 3J10KaueCcTBEHHOM (heoxpo-
MOLIMTOMBI ObLT oaTBepkaeH. [1pu Bo30OHOBIEHUM
MOHUTOPUPOBAHUS YPOBHS KaTexosaMuHOB B 2020 r.
OBLI YCTAaHOBJICH PEIIUINB (DEOXPOMOIIMTOMEI B JIOXKE
yIaJICHHOTO MTPaBOro HaAMOYeYHUKA 0€3 KIMHUYECKUX
TIPOSIBJICHUMA.

4. W3BecCTHO, YTO C 1IeJbl0 TIOMCKA OTAAJICHHBIX 0UYaroB
HSDO0 pexomennoBaHo BeinoaHeHue [IDT-KT ¢ KoHb-
oraTaMu peLernTopoB comatoctaTuHa [1]. JlaHHoe uc-
cjienoBaHue ObLUIO CAENIaHO MAlIMEHTY BIIEPBbIE TOJbKO
yepe3 25 JIeT mociie MOCTaHOBKY nuarHo3a. [1o3maee
nposeneHue [IOT-KT mist orieHKM pacripocTpaHEHHO-
CTU OHKOJIOTMYECKOTO MPOoIecca 3HAYMMO YBETUYUIIO
BpeMsI 10 Havyajia TapreTHOM Teparmu.

5. TloBblllIeHWE YPOBHS KaJdblUMTOHWHA U POA mpu
HaJIUYNU TOKYMEHTHPOBAHHBIX METACTA30B CIYKHUT
OCHOBaHHUEM IS HAa3HAUYEHUSI CUCTEMHOM Teparnuu
[4]. B npuBeaeHHOM ciiy4yae ObLI HApYIIeH MOPSI0K
JedyeHus , TpeboBajach OoJiee paHHSISI MHULIMALIWS
TapreTHO Tepanuu. [TaiMeHT rnmepeHec MHOXECTBO
XUPYPTUICCKUX BMEIIATEIBCTB MO YIAICHUIO PEeTH-
OoHapHbIX oyaroB A0 BbinoaHeHUs1 [1DT-KT u BbIsB-
JICHUsI OTHAJICHHBIX MeTacTa30oB. [1pu cBoeBpeMeH-
Hoit I[1DT-KT MoxXHO ObL710 ObI U30€XXaTh MHOTHX
OIepaTUBHBIX BMEIIATEJIBCTB U MOCIEOTIEPAITMOHHBIX
OCJIOXKHEHUMN.

3akoueHue

H®O0 — penkas naTojorusi, umMerolas pa3HoOOpa3HbIe
KIIMHAYECKUE TTPOSIBIICHYS, YTO 3HAYMMO 3aTPYIHSICT Ara-
rHoctTudeckuit mouck. [Momxom K 00cIen0BaHUIO, JISYEHUIO
U JMHAMUYECKOMY HaOMIOAEHUIO TAalMeHTOB ¢ HEMPOIH-
TOKPUHHBIMU 00pa30BaHUSIMU OTIMYACTCS OT TAKOBOTO
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B cllyyae omnyxoJielt apyrux jokaausauuii. Yacto oH oc-
HOBaH Ha OIpeeIeHNN CIIelIU(PUIESCKNX OMOXUMHNYECKIX
MapKepoB, TeHETUYECKOM TECTUPOBAHUU U TOIMUYECKOM
nuarHocTuke ¢ ucnonb3oBanueM [1OT-KT ¢ konbioratamMmn

PELENTOPOB COMATOCTaTHHA. B CBsI3M ¢ 3TMMU OCOOEHHO-
CTSMU BaXKHO CBOEBPEMEHHO YCTAaHOBUTH TMATHO3 U BbI-
OpaTh BEpHYIO TAKTHUKY JICUCHUS B CITEIINATN3NPOBAHHOM
YUpEeXKICHUN.
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